Loeys Dietz Syndrome (LDS) is a rare autosomal dominant genetic connective tissue disease characterized most commonly by aneurysms, arterial tortuosity, hypertelorism, and a bifid or broad uvula. Four main genetic mutations have been associated with LDS: TGFRBR1, TGFRBR2, SMAD3, and TGFB2. We report a case of a 47-year-old woman with a medical history of LDS, TGFBR2 gene mutation type, with associated complications including aneurysm status post near complete replacement of her aorta (in stages) and mechanical aortic valve replacement in 1987, with recurrent episodes of massive hemoptysis of unknown etiology. The patient had suffered from hemoptysis for years and had multiple bronchoscopies performed that were all unable to determine a cause of the bleeding. She presented at an outside hospital site with fatal massive hemoptysis and was transferred to our institution for an autopsy. At autopsy, pertinent gross findings were pleural adhesions, hemorrhagic left lower lobe of the lung, lung edema, and dark brown contents of the stomach and duodenum, consistent with ingested blood. Microscopically, the lungs showed focal acute lung injury with patchy hyaline membranes. An elastin stain showed scattered elastic fiber atrophy and fragmentation in medium to small sized vessels. In addition, evidence was found of recent and old pulmonary hemorrhage with abundant hemosiderin-laden macrophages. To our knowledge, this is a novel case report of fatal pulmonary hemorrhage occurring in a patient with LDS. This case illustrates an unusual fatal complication of LDS and the diagnostic challenges presented given its lack of premortem diagnosis and treatment. Results: On autopsy, the heart had a mild blue-green discoloration on the epicardial surface and the brain had a marked "Smurf blue" staining on both the leptomeninges and parenchyma. A thorough chart review revealed the patient underwent a massive transfusion protocol, and methylene blue was administered to treat the patient's hypotension during resuscitation efforts. The fresh frozen plasma administered to the patient was found to not have been treated with methylene blue.
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Conclusion:
Although not commonly used in the US, the administration of fresh frozen plasma fixed with methylene blue was also considered as a possible cause for these findings. We believe the blue discoloration of the brain was secondary to methylene blue administration during resuscitative efforts. Methylene blue should be considered in any case of blue discoloration of brain parenchyma.
Hemosuccus Pancreaticus Due to a Large Pseudoaneurysm in Gastroduodenal Artery, a Life Threatening Complication
Amin Heidarian, MD, Raavi Gupta, MD; SUNY Downstate Medical Center, Brooklyn, NY
Hemosuccus pancreaticus is bleeding in the duodenum through pancreatic duct. In 3%-10% cases of chronic pancreatitis, release of pancreatic enzymes cause digestion of the wall of arteries resulting in hematoma in the pancreatic parenchyma or pseudoaneurysm. Rupture of this pseudoaneurysm is an uncommon but life-threatening complication and accounts for less than 1% of cases of gastrointestinal bleeding. Hemosuccus pancreaticus in the setting of chronic pancreatitis is usually from splenic artery. Hemorrhage from other abdominal arteries such as gastroduodenal artery is very rare. Here, we present a case of large pseudoaneurysm originating in the gastroduodenal artery, which proved terminal due to massive gastrointestinal hemorrhage. A 70-year-old man with past medical history of hypertension, diabetes mellitus, and chronic ethanol dependence presented with lethargy and black tarry stools and hemoglobin of 8.7 g/dL. Abdominal CT scan showed a large vascular mass in the head/neck of the pancreas. Gastrointestinal (GI) endoscopy confirmed bleeding from the ampulla of Vater. Interventional radiology studies showed that the vascular mass is originating from one of the branches of celiac trunk. As surgery was contraindicated due to low hemoglobin, coil embolization was tried twice, which failed to stop the bleeding. Multiple blood transfusions were given however due to failure to stop bleeding from the artery, the patient succumbed to exsanguination. Autopsy showed a 6.5 cm peripancreatic pseudoaneurysm originating from the gastroduodenal artery connecting to the main pancreatic duct. The pancreas was severely atrophic and calcified. There was altered blood in GI tract distal to the ampulla of Vater. This is a rare case of hemosuccus pancreaticus in a patient with history of chronic pancreatitis, which was fatal in this patient.
